The osteoporosis-pseudoglioma syndrome is a rare genetic disbrder comprising early generalised osteoporosis, visual impairment, muscular hypotonia, and joint laxity. Probably the first instance of the condition was reported in 1931 by Pellathy.' Since then another 29 patients from 10 families have been described.2-14 Some of these families2 3 were later described in more detail.5 6 Of the 11 reported families, eight were from Mediterranean countries. We report here an Arab family with three affected sibs with the osteoporosis-pseudoglioma syndrome and congenital heart disease and some other previously unrecognised findings. . Chest x ray showed cardiomegaly resulting from congenital heart disease. The bone age was normal.
Haematological and biochemical investigations showed a mild degree of iron deficiency anaemia and normal calcium, phosphorus, magnesium, and urinary excretion of calcium. Serum alkaline phosphatase was moderately raised. Creatine kinase (CK) levels and plasma and urine amino acid analysis were normal. Routine urine analysis was normal. Urine screening for reducing substances and mucopolysaccharides was negative. CASE 
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A brother of case 1, also disabled, was examined at the age of three years. His psychomotor development was slightly delayed. He began to cruise and walk with support at the age of 18 months but he is now unable to do this and moves around on his bottom. At the age of two years, a cataract in the right eye was diagnosed and surgery performed.
On examination he showed short stature with height 85 cm, weight 10 
